DESCRIPTION
A 12-year-old boy presented to us with a 3-year history of gradual onset progressive atrophy of the left side of the face (figure 1). There was no history of headache, facial pain, seizure, visual symptom, head trauma or family history. On examination, there was wasting of the entire left half of the face. A central ridge on the forehead was present, with left side underdeveloped compared with right side. The left cheek, left side of nose, zygomatic areas, left side of lips and jaw were atrophic compared with right side. Left side enophthalmos and associated alopecia on left half of head were also present. There was no hyperpigmentation, with normal ocular movements and facial nerve examination. In routine laboratory investigations, ultrasonography of the abdomen and autoimmune profiles were normal. Skin biopsy from the atrophic area of the left cheek showed atrophy of epidermis and dermis with loss of fat in subcutaneous tissue. Areas of localised fibrosis were present.
Parry-Romberg syndrome (PRS) or idiopathic progressive hemifacial atrophy is a rare condition characterised by atrophy of the skin, subcutaneous tissue, muscles, cartilage and bone on one half of the face. 1 The aetiology of this condition is unknown; possible factors having a role are trauma, viral infection, genetic factors, autoimmunity, endocrine disturbances, peripheral trigeminal neuritis, increase of cervical sympathetic nerve activity resulting in facial atrophy and cerebral disturbance of fat metabolism. It usually begins in the first two decades of life, with gradual progression over several years, and ultimately ceases at any stage, with no spontaneous recovery. 1 The condition has overlapping features with 'en coup de sabre', a type of linear scleroderma affecting the head. However, recent studies suggest that PRS is a clinical subtype of linear scleroderma. 2 Findings favouring linear scleroderma are positive antinuclear antibody, sparing of underlying muscle or bone, no involvement of tongue and nerve conduction slowing in affected areas. Other differential diagnoses are hemifacial microsomia (first and second branchial arch syndrome), facial paralysis-associated atrophy, unilateral partial lipodystrophy (Barraquer-Simons syndrome) and traumatic fat necrosis.
Apart from skin abnormalities, PRS can have articular, autoimmune, neurological, ocular and dental abnormalities. 1 It can cause atrophy of internal organs (kidney, adrenal glands, ovary) and sometimes even of an entire half of the body. Common complications are: severe headache, migraine, trigeminal neuritis, facial paraesthesia and epilepsy. After stabilisation of disease, deformity can be corrected by plastic surgery with grafting of autogenous fat. We established the diagnosis of PRS based on the clinical picture and biopsy. Since the lesion was stable for the past 8 months and there were no extra-cutaneous manifestations, we referred the patient to the plastic surgery department for corrective intervention.
Learning points
▸ Parry-Romberg syndrome (PRS) is a degenerative condition of unknown aetiologies, characterised by a slow, progressive unilateral atrophy of facial tissues (muscles, bones and skin). ▸ It is important to differentiate PRS from localised scleroderma, as the treatment used in the latter has no role in PRS. ▸ It is a self-limiting condition with no cure.
Surgical intervention to correct deformity is recommended when the illness stops its progression. 
